Noonan syndrome is a frequent genetic pathology but sometimes difficult to diagnose because of symptoms variability and genetic heterogeneity. Due to an increased risk of otitis media, conductive hearing loss is frequent. However, several patients with sensorineural hearing loss associated with this syndrome have been reported. We describe the phenotype of 5 patients with molecularly confirmed Noonan syndrome and sensorineural hearing loss. Noonan syndrome diagnosis is based on a bundle of arguments resulting from a detailed examination attentive to small dysmorphic signs. Sensorineural hearing loss is a poorly known complication of Noonan's syndrome.
Patients
Only the PTPN11 gene is mutated in our cohort but 2 individuals with mild sensorineural hearing loss related to SOS1 and 1 patient with moderate sensorineural hearing loss related to RAF1 have been reported in the literature. 
Patients I and III

Downslanting palpebral slants
Mild hypertelorism Posteriorly rotated and low set ears
